. Mucus sinus in right flank with Foley catheter for irrigation frequency hyperthermia: All have failed to decrease the mucus discharge.
At present, 10 years following presentation, the patient remains remarkably well. The sinus continues to discharge mucus and intermittent infection is his only problem. Thus far this has been adequately controlled with local antibiotics.
Discussion
In 1968 Early2 described a giant retroperitoneal mucocoele of the appendix which contained 10 litres of mucus. This had not ruptured and complete, curative excision was possible. The case reported above differs as the mucocoele appears to have ruptured into the retroperitoneal tissues, with spread of the mucus secretory epithelium into the intermuscular planes. Histology has revealed marked cellular atypia but there is no evidence of invasion Journal of the Royal Society of Medicine Volume 81 November 1988 669 through the basement membrane and thus the condition must be considered benign. This correlates with the patient's remarkably good health with no evidence of metastatic disease after 10 years.
The ability of this apparently benign disease to permeate through tissue planes, without evidence of infiltration, whilst producing copious amounts of mucus, has led us to term the condition 'pseudomyxoma extraperitonei'. Despite the extraperitoneal pseudomyxomatous cyst initially being opened into the peritoneal cavity the patient has never developed mucinous ascites.
In conclusion, pseudomyxoma extraperitonei is a very rare condition resulting from the rupture of a mucocoele of a retrocaecal appendix into the extraperitoneal tissues. In common with the intraperitoneal variety, eradication of mucin producing tumour cells is a difficult problem. Despite permeation into muscle planes the disease is benign and the prognosis appears to be better than pseudomyxoma peritonei as vital structures are not involved in adhesive processes.
Weber-Christian panniculutis is an uncommon disorder of unknown aetiology. It usually affects females between the second and fourth decades of life and is characterized clinically by relapsing fever in association with recurrent crops of subcutaneous nodules'. Histologically these lesions represent foci of nonpyogenic inflammation of fat (panniculitialt. Less commonly the disease may be systemic with visceral as well as subcutaneous tissue involvement", We describe such a case in a middle aged female who presented with bleeding oesphageal varices.
Case report
A 47-year-old female was admitted as an emergency in September 1983. She complained of haematemesis and melaena for 6 hours prior to admission. Two years previously a diagnosis of non-suppurative panniculitis had been made following biopsy of painful lesions on her leg. Examination revealed an obese hypotensive woman with no clinical evidence of portal hypertension or of hepatic disease. Large oesophageal varices were identified at endoscopy but these were not bleeding. However, the stomach contained copious amounts of fresh blood and accordingly laparotomy was carried out. This confirmed the presence of portal hypertension and splenomegaly but the liver was normal. In addition, there was a mass in the region of the head of the pancreas encroaching supraduodenally onto the portal vein but not· involving the common bile duct. Gastrotomy revealed a large bleeding gastric varix, 3 em inside the cardia which was undersewn. The varices were controlled by devascularization of the distal oesophagus and proximal stomach, splenectomy, and oesophageal transection and anastomosis with the EEA stapler. Multiple biopsies of the supraduodenal mass were taken as well as a needle biopsy of the liver. The liver biopsy was normal and the supraduodenal mass showed evidence of fat necrosis and fibrosis with no evidence of malignancy.
The patient developed a small left sided pleural effusion and persistently ran a fever of 101°F throughout her postoperative course. Clinically it was felt that an anastomotic leak had occurred and she was managed accordingly but despite repeated gastrografin studies this was never confirmed. Three weeks postoperatively when she had otherwise made a satisfactory recovery and had resumed normal alimentation she was persistently febrile and her ESR was greater than 100 mm/h with a normal WCC. In view of the previous history of panniculitis and the histological findings a presumptive diagnosis of active panniculitis involving the retroperitoneum was made and she was commenced on steroids. This resulted in resolution of the temperature and a rapid improvement in her clinical condition.
The patient has been followed up for 4 years and remains well. The steroids were stopped 3 months after discharge from hospital and she has not had further need for this medication. Endoscopy during follow-up confirms the presence of small oesophageal varices and repeated CT scans and ultrasound examinations have failed to demonstrate any evidence of a pancreatic mass. Her liver function tests have remained normal at all times.
Discussion
Relapsing nodular febrile non-suppurative panniculitis was first described by Pfeifer" in 1892. Other cases were reported by Weber5 in 1925 and Christian" in 1928 but it was not until 1936 that Brill? coined the term 'Weber-Christian disease'. The rare systemic variant of this disorder, of which our case is an example, has been reported much less frequently. The literature, however, confirms that when the systemic lesions develop they frequently involve retroperitoneal tissues, pericardium and bone marrow':". In addition, it has been documented that panniculitis occurs in association with carcinoma of the pancreas Mediastinal emphysema simulating aortic rupture N K Barrett MRCP J McIvor FRCR Department of Radiology, Charing Cross Hospital, London W6 and lymphoproliferative disorders". This can create diagnostic difficulties at surgery.
Fever is usually a major component of this disease", Our patient was consistently pyrexial during the initial 3 weeks of her postoperative course despite normal white cell count and repeatedly normal blood culture. That the pyrexia was due to activity of the panniculitis was supported by the presence of a consistently raised ESR at greater than 100 rom in 1 hour and the prompt response to high dose oral steroid.
She now remains asymptomatic despite the continued presence of oesophageal varices. The histology of the biopsies from the retroperitoneum, the normal liver histology and the subsequent clinical course of the patient in response to steroids have indicated a diagnosis of systemic Weber-Christian disease. Although fatty change, portal fibrosis and Mallory bodies have been identified in the liver in this syndrome" this is the first report of extrahepatic portal hypertension and oesophageal varices occurring as a systemic manifestation of panniculitis. and intravenous digital subtraction arteriography, remains the first line of investigation in the acute trauma patient. We present a case of mediastinal widening after major trauma, which caused the patient to be investigated for suspected aortic rupture. The aorta was arteriographically normal and the mediastinal outline become normal within 48 hours. The cause of the widening was surgical emphysema, as evidenced by review of the plain films. Mediastinal widening on a chest radiograph after major trauma is highly suggestive of aortic rupture! and is always an indication for further investigation. Arteriography has been widely used in the past 2 and, despite the advent of dynamic CT scanning
Case report
A 27-year-old man was found lying beside a railway line. He had been struck by a train and lay beside the track for six hours before being discovered. On admission he was conscious and coherent, and clinical examination showed multiple orthopaedic injuries, including traumatic amputation of his left arm, and widespread left-sided surgical emphysema of the chest wall extending up to the neck.
